Sir,

Nevus lipomatosus cutaneous superficialis (NLCS) is a rare idiopathic benign hamartomatous cutaneous lesion characterized by the presence of mature ectopic fat in the dermis. Hoffman and Zurhelle were the first to report this rare developmental skin anomaly in 1921.\[[@ref1]\] The classical type clinically presents as asymptomatic, groups of multiple, soft, nontender, skin colored to yellow papules, and nodules which are either sessile or pedunculated with a smooth, wrinkled, or cerebriform surface.\[[@ref2]\] Herein, we report a case of classical NLCS in a 25-year-old female having two swellings, one over the nipple and other on the sacral region. Nipple involvement is not commonly reported. To the best of our knowledge, classical NLCS of nipple has not been reported till date.

A 25-year-old female presented with two asymptomatic, slow growing papulonodular lesion over the right nipple and left sacral region since birth. Both the lesions started simultaneously as a single, small papule that progressively increased in size over a period and attained the present size. No other skin abnormalities and no history of similar lesions in the family were noted. There was no history of trauma, discharge, and itching. Physical examination of the swellings over the nipple and sacral region revealed multiple, soft, skin-colored to hyperpigmented papules, and nodules measuring 6 cm × 5 cm × 3 cm and 5 cm × 4 cm × 2 cm, respectively, \[Figures [1](#F1){ref-type="fig"} and [2](#F2){ref-type="fig"}\]. The surface over the swellings was wrinkled, cerebriform, and nonhairy. Excision biopsy was done. Histopathological examination of both the lesion revealed hyperplasia, hyperkeratosis, papillomatosis of the epidermis, and hyper-pigmentation of the basal layer. Dermis show groups of mature fat cells, distributed throughout as nests and cords \[[Figure 3](#F3){ref-type="fig"}\]. There is increased density of collagen and skin appendages are not displaced \[[Figure 4](#F4){ref-type="fig"}\]. On the basis of clinical and histopathological examination, diagnosis of NLCS was made. The patient was referred to the surgery department for surgical excision.

![Polypoidal nodular skin-coloured mass arising from nipple](IJD-62-429-g001){#F1}

![Multiple, sessile, skin-coloured papules and nodules having a wrinkled, verrucous surface over the left buttock](IJD-62-429-g002){#F2}

![Photomicrograph from nipple lesion showing epidermal hyperplasia, hyperkeratosis, papillomatosis, and groups of mature fat cells in dermis (H and E, ×40)](IJD-62-429-g003){#F3}

![Photomicrograph from nipple lesion showing increased density of collagen and fat lobules in the dermis (H and E, ×200)](IJD-62-429-g004){#F4}

Nevus lipomatosus as the name implies represents a nevoid anomaly characterized by the presence of mature ectopic fat in the dermis. Classical NLCS has a predilection for pelvic girdles, buttocks, gluteal region, back, and abdomen. The lesion may be present at birth or infancy (nevus angiolipomatosis of Howell) or may emerge in the first two decades.\[[@ref3]\] The solitary lesions have no gender and site predilection and may occur at unusual site like scalp and clitoris have been reported.\[[@ref2][@ref3]\]

The etiopathogenesis of NLCS is still unknown. Many theories have been postulated. Hoffman and Zurhelle proposed that it is the degenerative changes in the dermal collagen and elastic tissue which causes the depositon of adipose tissue in the dermis.\[[@ref3]\] Other hypothesis includes adipose metaplasia of dermal connective tissue or representing a true nevus resulting from focal heterotropic development during embryonic life. Electron microscopy supports the view that they may originate from the pericytes as immature lipocytes containing numerous small lipid droplets are found in the vicinity of capillaries.\[[@ref4]\] Deletion of 2p24 in the NLCS has been reported recently.\[[@ref5]\]

Differential diagnosis of NLCS includes nevus sebaceous, skin tag or fibroepithelial polyp, neurofibroma, lymphangioma, lipofibroma, focal dermal hypoplasia (Goltz syndrome), lipomatosis, and Michelin tire baby syndrome.\[[@ref2][@ref4]\] Histopathological examination helps in the differentiation. There is absence of fat cells in the dermis in skin tag. In lipofibroma skin, appendages are absent in the dermis, but a dermal collection of fat cells are present. Goltz syndrome is associated with several ectodermal and mesodermal deformities, and clinically, the patient presents with syndactyly, hypoplasia of nails, teeth, and hairs. Microscopically, there is extreme attenuation of collagen and absence of skin appendages in the dermis. There is no continuity of the fat cells with the subcutis in lipomatosis.\[[@ref6]\]

Recurrences and malignant transformations are rare, and therefore, treatment is medically not required. A surgical incision is curative though not necessary done only for cosmetic purposes.\[[@ref2]\]

To conclude, the pathologist should be aware of this rare cutaneous hamartomatous lesion of the skin, and early diagnosis is required so to eliminate the extensive reconstruction of the defect and to reduce the postoperative scar formation.
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